Northern C a l i f o r n i a . Oakland: O e o a r h e n t o f ~G i a t r i c s . UCSF. To e v a l i a t e the r o l e ' o f n u t r i t i o n i n Hb S S ' W~ performed anthropometric and l a b o r a t o r y measurements on 95 Hb SS p a t i e n t s and determined the e f f e c t s o f c a l o r i c supplementation on these parameters and on c l i n i c a l course. Height and weight were both ERYTHROCYTE CREATINE LEVELS (EC) AN0 THE
Dolores Chachula, Dept. of P e d i a t r i c s , H o s p i t a l f o r S i c k C h i l d r e n & t h e U n i v e r s i t y of Toronto, Toronto, O n t a r i o . I n t h e d i a g n o s i s of HDN t h e r e t i c u l o c y t e count i s i n s e n si t i v e , i n a c c u r a t e and a s s e s s e s r e d c e l l p r o d u c t i o n o n l y i n t h e few d a y s p r i o r t o t e s t i n g . I n a d u l t s i t h a s been r e p o r t e d t h a t EC i s e l e v a t e d i n young e r y t h r o c y t e s and a s a n index of mean
-.
below the 5 t h p e r c e n t i l e i n 17% o& p a t i e n t s . Laboratory c e l l a g e i s a v a l u a b l e t e s t f o r t h e d i a g n o s i s of hemolytic d i sstudies included vitamin C (ng/lO c e l l s ) , vitamin E (mg/dl), e a s e . Young c o r d e r y t h r o c y t e s , i s o l a t e d by d e n s i t y c e n t r i f u gz i n c (pg/ml), selenium (ng/ml), and 1 i p i d s (mg/dl).
a t i o n , had EC l e v e l s g r e a t e r t h a n o l d e r c e l l s . EC (mg/dl * SD)
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1 2 f u l l t e r m newborns and 10.4 * 2.57 i n 26 premature newborns.
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I n ABO-HDN c o r d blood EC was e l e v a t e d (28.9 * 1 8 ) i n 9 i n f a n t s P a t i e n t s 18
.79 .60 90 186 50 132 i n whom s p h e r o c y t e c o u n t s ( g l u t a r a l d e h y d e -f h e d c e l l s ) were
Control 30
1.31 .83
110 abnormally h i g h and who developed j a u n d i c e i n t h e f i r s t 24 h o u r s
Immune status was measured as a r e f l e c t i o n o f n u t r i t i o n a l adequacy. T o t a l T c e l l ( p a t i e n t / c o n t r o l , 44%/78%), helper T c e l l (23%/55%), and suppressor T c e l l s (17%/32%) as w e l l as s k i n t e s t r e a c t i v i t y were depressed. Two p a t i e n t s w i t h marked growth r e t a r d a t i o n , m u l t i p l e l a b o r a t o r y abnormalities and frequent s i c k l e c e l l complications received d i e t a r y supplementation w i t h nasal g a s t r i c hyperalimentation f o r 4-10 months. Improvements i n growth, weight, skin t e s t r e a c t i v i t y , T c e l l numbers, and c l i n i c a l status were noted. We conclude t h a t n u t r i t i o n a l assessment and i n t e r v e n t i o n may minimize complications associated w i t h s i c k l e c e l l disease. To p r e p a r e 12-HETE, human p l a t e l e t s were i n c u b a t e d w i t h AA i n t h e p r e s e n c e of indomethacin. 15-HETE was p r e p a r e d from soybean l i poxygenase. The m a t e r i a l was p u r i f i e d by column chromatography ad r e v e r s e p h a s e HPLC. I d e n t i t y and p u r i t y were confirmed by GC-MS. Neuroblastoma c e l l s i n t i s s u e c u l t u r e (SK-N-SH) were i n c u b a t e d i n serum f r e e RPMI-1640 o r t h i s media w i t h 12-HETE, 15-HETE o r AA. 12-HETE a t c o n c e n t r a t i o n s a t 20 PM, 30 U M and 5 0 PM induced r e s pe c t i v e l y 16.3 + 3.8% (lSE), 32.0 + 4.4% and 63.6+4.2% i n h i b i t i o n of 3~-t h y m i d i n e i n c o r p o r a t i o n compared t o c o n t r o i (p< .01). 15-HhTJ a t t h e same c o n c e n t r a t i o n s produced i n h i b i t i o n s of 14.5+_7.7%, 2 0 3 + 2.8% and 46.1+12.1% r e s p e c t i v e l y (p < . 0 1 ) . AA had no e f f e c t .
-A t h i g h e r c o n c e n t r a t i o n s (30 and 50 !AM) 12HETE produced a g r e a t e r e f f e c t t h a n 15HETE. When e v a l u a t e d i n t h e p r e s e n c e of serum, 12-HETE (120 VM) produced a 20.e2.89: i n h i b i t i o n of t h e i n c r e a s e i n t o t a l DNA c o n t e n t o v e r 48 h o u r s , w h i l e 15-HETE (120 PM) produced a 16.555.32 i n h i b i t i o n . We conclude that 12-HETE, t h e p r o d u c t of p l a t e l e t l i p o x y g e n a s e , and 15-HETE, a p r o d u c t of n e u t r o p h i l and monocyte l i p o x y g e n a s e i n h i b i t human neuroblastoma c e l l growth i n v i t r o and may p l a y a r o l e i n m o d u l a t i n g b m o r p r o l i f e r a t i o n i n v i v o .
PNEUMATOSIS INTESTINALIS ( P I ) IN BONE MARROW TRANS-
Kanof, Rein S a r a l , Alan M. Lake, and George W. S a n t o s (Span. by William H. inkh ham). The Johns Hopkins Univ. School o f Medicine, Oncology Center and Dept. of P e d i a t r i c s , Baltimore, MD.
Pneumatosis i n t e s t i n a l i s (PI) i s c h a r a c t e r i z e d by accumulat i o n s of i n t r a m u r a l g a s a l o n g t h e g a s t r o i n t e s t i n a l t r a c t .
Three p a t i e n t s developed P I a f t e r a l l o g e n e i c BMT. A 6 y r old boy w i t h a c u t e non-lymphocytic leukemia r e c e i v e d b u s u l f a n (BU) and cyclophosphamide ( C Y ) p r i o r t o BMT from h i s HLA-identical s i s t e r . He developed a c u t e g r a f t -v e r s u s -h o s t d i s e a s e (AGVHD) and was on prednisone.
On day 63 p o s t BMT he developed melena, and PI was g i r l with s e v e r e a p l a s t i c anemia was t r e a t e d w i t h androgens, antilymphocyte g l o b u l i n , and h a p l o i d e n t i c a l p a r e n t a l marrow i nf u s i o n .
Eighteen mos post BMT she had abdominal pain and t e n d e rn e s s ; AXR showed c o l o n i c P I . Blood and s t o o l c u l t u r e s were negat i v e .
A
l l p a t i e n t s r e c e i v e d systemic a n t i b i o t i c s and " n o t h i n g by mouth" f o r 10-14 d s y s . PI r e s o l v e d w i t h i n 5-17 days a f t e r o n s e t . P I may occur i n t h e profoundly immunocompromised s t a t e a f t e r BMT; AGVHD a n d / o r v i r a l o r b a c t e r i a l pathogens may be c o n t r i b u t o r y o r c o m p l i c a t i n g f a c t o r s .
With c o n s e r v a t i v e t h e r a p y , P I h a s had a good outcome i n t h e s e p a t i e n t s .
of l i f e . EC was a l s o e l e v a t e d i n Rh d i s e a s e and i n o t h e r forms of HDN. These d a t a s u g g e s t t h a t i n HDN, EC i s a v a l u a b l e d i a gn o s t i c t e s t .
I n 1 9 s u c c e s s i v e i n f a n t s w i t h i d i o p a t h i c hyperb i l i r u b i n e m i a r e q u i r i n g p h o t o t h e r a p y , EC i n c o r d blood was 3.9-1 0 mg/dl and q u a n t i t a t i v e a s s e s s m e n t of e r y t h r o c y t e morphology (Am. J. Ped. Hem./Onc. 5 , p.45, 1983) was normal i n a l l c a s e s .
Thus u s i n g a c c u r a t e assessment of r e d c e l l morphology and mean c e l l a g e , no e v i d e n c e of HDN was found i n t h e s e c a s e s , s u g g e s ti n g t h a t a n o c c u l t hemolytic p r o c e s s , e v i d e n t a t b i r t h , i s a n u n l i k e l y c o n t r i b u t i n g c a u s e t o t h e p a t h o g e n e s i s of i d i o p a t h i c h y p e r b i l i r u b i n e m i a i n newborn i n f a n t s .
IMMUNOLOGY CHEMOTACTIC ACTIVITY IN HUMAN COLOSTRAL MILK -
CORRELATION W I T H PHAGOCYTIC CELL CONCENTRATION. ---
M. Aker, C. Audera, R.A. P o l i n , and S.D. Douglas, U .
--
Pa. Sch. Med., C h i l d . Hosp. P h i l a . , Dept. P e d i a t r i c s , P h i l a . , PA.
Colostrum was o b t a i n e d~a b o u t 3 h o u r s a f t e r b r e a s t f e e d i n g from 27 h e a l t h y mothers, 1-3 days a f t e r d e l i v e r y . The phagocytic c e l l c o n c e n t r a t i o n o f colostrum v a r i e d c o n s i d e r a b l y amongst d i f f e r e n t donors.
Ten samples were h y p e r c e l l u l a r ( > 5~1 0~/ m l ) ; 6 were c e ll u l a r ( 1 -5~1 0~/ m l ) and 11 were h y p o c e l l u l a r (<1x106/
ml). The c h e m o t a c t i c a c t i v i t y of c o l o s t r u m was measured i n s e r i a l d i l ut i o n s on day o f c o l l e c t i o n u s i n g microchemotaxis chambers (neuroprobe) on mononuclear phagocytes (MNP) from p e r i p h e r a l blood o f normal donors.
I n a l l a s s a y s , FMLP was i n c l u d e d a s t h e r e f e r e n c e s t a n d a r d . I n o r d e r t o minimize t h e e r r o r i n t r o d u c e d by v a r i a b i li t y i n c h e m o t a c t i c r e s p o n s i v e n e s s of d i f f e r e n t MNP p r e p a r a t i o n s , t h e r e s u l t s a r e e x p r e s s e d r e l a t i v e t o chemotaxis e l i c i t e d by opt i m a l c o n c e n t r a t i o n of t h e r e f e r e n c e s t a n d a r d ( I O -~M , m i g r a t i o n 20-35%). The r e l a t i v e c h e m o t a c t i c potency (RCP) of h y p e r c e l l u l a r c o l o s t r u m was h i g h e s t (142+25%, d i l . l : 1 0 0 ) and d i f f e r e d s i g n i fi c a n t l y from t h e RCP o f c e l l u l a r o r h y p o c e l l u l a r samples (p<0.01). S i m i l a r l y , RCP o f c e l l u l a r c o l o s t r u m was g r e a t e r t h a n t h a n of hyp o c e l l u l a r samples (102513 and 38210% r e s p e c t i v e l y , p < 0 . 0 1 ) . The o v e r a l l RCP of colostrum c o r r e l a t e d w i t h t h e t o t a l phagocyte conc e n t r a t i o n (y=64.9+45.61og x ; r 2 = 0 . 8 9 7 ) , a s w e l l a s , w i t h t h e a b s o l u t e polymorphonuclear and MNP c o n c e n t r a t i o n s . Thus, phago--c y t i c c e l l c o n t e n t A 4 y/o female with delayed umbilical c o r d s e v e r a n c e , g r a n u l oc y t o s i s , p e r i o d o n t i t i s 8 r e c u r r e n t s o f t t i s s u e i n f e c t i o n s demons t r a t e d s e v e r e l y diminished leukocyte m o b i l i z a t i o n (Rebuck wind3wl. SDS-PAGE o f p a t i e n t PMN homogenates r e v e a l e d d e f i c i e n t ( < 5 $ normal) GP138, a major s u r f a c e g l y c o p r o t e i n complex of normal PMNs. As shown with a N~B~H~ label l ing t e c h n i q u e , GP138 was u n d e t e c t a b l e on t h e s u r f a c e of p a t i e n t PMNs 8 was diminished ( 2 0 % normal) on maternal PMNs. Adhesion-dependent f u n c t i o n s o f p a t i e n t PMNs inc l u d i n g d i r e c t e d m i g r a t i o n , a t t a c h m e n t 8 s p r e a d i n g ( p l a s t i c o r g l a s s ) , a g g r e g a t i o n (C5a, fMLP o r PMA), o r i e n t a t i o n in chernotactic g r a d i e n t s , antibody-dependent c e l l u l a r c y t o t o x i c i t y ( d u e t o diminished t a r g e t c e l l b i n d i n g ) , 8 phagocytic i n q e s t i o n o f p a r t i c l e s s e l e c t i v e l y opsonized by C3b (Oi I-Red-0, "C S t a p h . 8 ?ymosan)
of c o l o s t r u m i s p r o p o r t i o n a t e t o t h e potency o f i t s c h e m o t a c t i c a c t i v i t y and t h e g e n e r a t i o n o f c h e m o t a c t i c a c t i v i t y i s l i k e l y t o p r o v i d e t h e immunologic
were profoundly diminished ( D <.001 in each a s s a y ) . Fc r e c e p t o r " f a c i l i t a t e d " p h a g o c y t o s i s 8 s p r e a d i n g 8 EA r o s e t t e formation by p a t i e n t PMNs were normal. Adhesion indenenden+ n a t i e n t PMN funct i o n s i n c l u d i n g s p e c i f i c bindinq o f f -~e t -~e u -~~-~h e 8 fMLP, C: a 8 / o r PMA mediated shape change, O2 g e n e r a t i o n , d e g r a n u l a t i o n ('.lPO 8 l a c t o f e r r i n ) , rnicrotubule assembly ( t u b u l i n IF) 8 a l t e r a t i o n ! , o f membrane f l u i d i t y (ESRI o r s u r f a c e c h a r g e ( c e l l e l e c t r o p h o r e s~~, l were normal. Thus, GP138 r e p r e s e n t s a c r i t i c a l s u r f a c e gl ycopl-ot e i n ( s 1 which i s f u n c t i o n a l l y r e l a t e d t o t h e C3b r e c e p t o r 8 i i r e q u i r e d $ o r adhesion-dependent f u n c t i o n s f a c i l i t a t i n q t h e inflammatory response in h o s t d e f n r s e .
